He was treated with cytosine arabinoside, hydroxyurea and busulphan but responded poorly. He had minimal recovery of hearing in his right ear. He died suddenly eight months after diagnosis.
Deafness can occur in patients with acute myeloid leukaemia or the blastic phase of chronic myeloid leukaemia (CML) and is usually due to leukaemic infiltration, though sometimes to infection or haemorhage.' It is very rare in the chronic phase of either Philadelphia chromosome (Ph) positive or negative CML, and in this situation is usually attributed to hyperviscosity leading to vascular occlusion. Patients with Ph negative CML who lack the Ph chromosome, who may or may not have a rearrangement ofthe break-point cluster region of chromosome 22, may show features similar to classic Ph positive chronic granulocytic leukaemia (CGL) He was treated with cytosine arabinoside, hydroxyurea and busulphan but responded poorly. He had minimal recovery of hearing in his right ear. He died suddenly eight months after diagnosis.
Histological findings
Post mortem examination showed hepatosplenomegaly with severe pulmonary oedema. The auditory nerves were grossly normal. Temporal bone histology showed that two thirds of the right scala tympani of the cochlear basal coil had been obliterated by myxoid fibrous tissue which also partly replaced the modiolus and vestibule ( Figure) . Spiral ganglion cells were absent in the apical and middle coil regions of the modiolus and reduced in the basal coil region. Basilar membrane nerve fibres were greatly reduced. The organ of Corti was atrophic with hydrops in the cochlear duct of each coil. The vestibule had also been replaced by myxoid fibrous tissue with some new bone formation around the periphery. The wall of the lateral semicircular canal was thickened by bone and its lumen occluded by fibrous material. The maculae ofthe saccule and utricle were absent. The vestibular nerves were atrophic with a loss of vestibular ganglion cells in the internal auditory meatus. The superior and posterior semicircular canals were fibrosed. The left temporal bone showed similar though less extensive changes with myxoid fibrous tissue in the scala tympani and semicircular canal fibrosis. Brain histology was normal.
Discussion
Our patient with Ph negative CML followed the usual clinical course with refractoriness to chemotherapy and a short survival. His deafness seems related to the leukaemia with a close temporal relationship to the onset of disease and some recovery of hearing on lowering the white cell count. Deafness is rare in chronic phase CML, usually being attributed to hyperviscosity; the presenting white count in our parient was uncharacteristically low, counts in previous reported cases ranging from 210 to 1288 x 109/1.2-5
The mechanism of the deafness in our patient is uncertain. The sensory end organs of 
